had progressively erythematous dry skin and scanty hair. The severity increased in rainy and cold weathers with remission during summer and on treatment. The erythema reduced significantly by the age of 3 years in both. The children [ Figure 1 ] were short-statured and weighed less for an age-specific range, with no other significant milestone delays. On examination, the children had multiple varying islands of ichthyotic, hyperpigmented, and psoriasiform plaques on the body with sparing of palms and soles. A double-edged scaling was noted in a few areas [ Figure 2 ]. Features of atopy [ Figure 2 ] in both children included sparse growth of eyelashes and eyebrows, Dennie-Morgan folds, pityriasis alba, lichenified flexures, and shiny nails of fingers. Scalp examination showed few scales with sparse hair growth with the boy having more sparsity. Hair was not easily breakable and texture was unchanged. Teeth and nails were normal. The
INTRODUCTION
C omèl-Netherton's syndrome (CNS) has myriad features such as congenital scaly erythroderma, ichthyosis linearis circumflexa, diagnostic hair-shaft defects, atopic diathesis, immune deficiency, and elevated immunoglobulin E (IgE) levels. [1] [2] [3] It presents at or soon after birth with erythroderma and fine scaling of the skin. In most,evolution is into polycyclic, scaly, erythematous plaques that are bordered by a double edged scale and coined by Comèl as ichthyosis linearis circumflexa. [1] The hallmark of Netherton's syndrome (NS) is trichorrhexis invaginata, described by Netherton, [1] with pili torti, trichorrhexis nodosa, and diffuse alopecia also being noted. [2] Only 10% of NS cases have affected siblings and consanguinity. [3] 
CASE REPORT
Two siblings, a boy aged 7 and girl aged 4, born to third-degree consanguineous parents presented with complaints of progressively itchy lesions on skin and sparse hair growth on an itchy scalp. Since birth, they mental development of both was slightly lower and the children did not attend school due to unrelated reasons. No other systemic involvement was noted.
Biopsies from scaly plaques in both patients revealed features of psoriasiform dermatitis. Hair examination revealed features of trichorrhexis invaginata from eyebrow hair [ Figure 2 ] and pili torti [ Figure 3 ] in scalp hair.
Complete blood evaluation was normal. Rise in serum IgE levels of 1700 kU/l (boy) and 1965 kU/l (girl) was noted with other parameters being normal. The family could not afford a genetic analysis.
Based on the above features, we diagnosed them [ Figure 4 ] as CNS.
Treatment included topical steroid (desonide 0.05% cream and lotion), tacrolimus 0.1% ointment, and oral antihistamines (hydroxyzine 25 mg), which were tapered and stopped. Emollients were advised on a long-time basis. Caregivers were advised on other measures such as avoiding multiple hot water washes, scrubs, harsh soaps, synthetic/woolen clothing, and to stay in an ambient temperature at all times. The children and their parents were counseled about the hair growth.
DISCUSSION
CNS is a rare autosomal recessive disorder. [1, 2] It is characterized by congenital erythroderma progressing into ichthyosis linearis circumflexa, itchy skin, specific hair-shaft defects, immune deficiency, hypereosinophilia, and highly elevated IgE levels. [2] [3] [4] CNS presents at or soon after birth with generalized erythroderma and fine scaling. Progression is delayed if affection is severe. [3, 4] Examination of eyebrow and scalp hair is especially beneficial for patients first seen in late childhood. [2] A diagnostic feature is trichorrhexis invaginata, although pili torti, trichorrhexis nodosa, and diffuse alopecia may be seen. [3] IgE levels are highly elevated causing multiple allergies. This pathogenesis is of interest due to the complementing of skin, hair, and immunologic abnormalities in a monogenic disorder. [2, 3] In about 20% of the cases, the neonate may have failure to thrive, recurrent infections, enteropathy with hypernatremic dehydration, and electrolyte imbalances. Typically, diagnosis is delayed and hence in them, hair examination plays a pivotal role. Complications may be fatal and thought to occur by altered permeability of the epidermal barrier due to premature secretion of lamellar body contents as seen in CNS. [3] [4] [5] NS is caused by mutations in the serine protease inhibitor gene SPINK5, which encodes to LEKTI. This is the first serine protease inhibitor identified in such a multidomain disorder. [4] [5] [6] Conversion of lamellae into mature lamellar membrane was disturbed. These features may help in the early diagnosis of NS before the appearance of the hair-shaft defects. [7] Pili torti is rarely reported in NS and its occurrence with bamboo hair in our patients was attributed to probable kazalk5 expression. [8] Furio et al. [9] showed the expression of human kazalk5/KLK5 to be overactive in the granular layer of the epidermis in transgenic mice models. Features of exfoliative erythroderma, growth delay, hair defects, impaired skin barrier, and desmosomal cleavage were seen. They also had cutaneous and systemic features of inflammation, allergy, and pruritus. It concluded that the model recapitulates the features of NS and proposed that KLK5 may be a promising treatment target. [10] CONCLUSION This case is reported for its rarity and classic myriad features in siblings.
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